Between clearly defined cases of established syndromes are to be found diverse intermediary examples which do not fit into the existing classifications. Roth (1948) reported two unrelated families in each of which were individuals with clinical signs common to both peroneal muscular atrophy and Friedreich's ataxia. No pathological studies were undertaken. A brief review of the literature suggests that peroneal muscular atrophy and Friedreich's ataxia can be regarded as polar extremes separated by a wide spectrum of slightly differing syndromes. In this report a family is described which seems to fall within this continuum. No similar cases have been recorded, although in some respects it resembles the scapuloperoneal muscular atrophy described by Kaeser (1965) .
The essential features of the syndrome are wasting of the feet, calves, peronei, quadriceps, and hamstrings muscles and extensor plantar responses. There are no abnormalities in the trunk or upper limbs. Another most unusual feature is that in all cases some degree of arthrogryposis multiplex congenita was present, which is not seen in the majority of genetically determined nervous diseases.
FAMILY HISTORY
The proband was a 4 year old boy. His father, sister, and grandfather were also affected. (Fig. 1) . At birth he was delivered by Caesarean section because of breech presentation and weighed 2 5 kg. He was found to have bilateral talipes equinovalgus. His feet were straightened by serial plasters and manipulation and were in a neutral position at the age of 10 months. His milestones of development were normal. When he was 4 years old his parents became worried by his abnormal gait and sought medical advice. On examination his blood pressure was normal. The heart, lungs, and abdominal viscera were normal. The cranial nerves and nervous system of upper limbs and trunk were normal. There was no ataxia. In blood white cell count 7,000/cu.mm, and the ESR (Wintrobe) (Fig. 5) .
The atrophied fibres showed clumping and basophilia of their subsarcolemmal nuclei and were often arranged in small groups. More than 300 of the normal and enlarged muscle fibres showed internally situated nuclei. All muscle fibres examined showed preservation of their cross striations. There was an increase in the amount of fibroelastic and fatty tissue separating isolated normal muscle fibres and groups of normal muscle fibres. Muscle glycogen was detected in apparently normal amounts and was distributed diffusely along the I bands, particularly in type 2 fibres. On the basis of staining for glycogen the atrophied muscle fibres appeared to consist of approximately equal numbers of type 1 and of type 2 fibres. Two muscle spindles were identified. These were within normal limits. Perimysial arterioles and endomysial capillaries showed no abnormalities. No abnormal cellular infiltrations could be seen either around the blood vessels or among the muscle fibres themselves. In vitally stained methylene blue preparations several axons bearing large varicosities along their entire length were seen pursuing a tortuous course amongst the abnormal muscle fibres (Fig. 6 ). There was a marked degree of sprouting from subterminal axons, and occasional large bizarre shaped terminal arborizations were seen (Fig. 7) . Large spherical swellings were also noted along the course of several of the intramuscular and subterminal axons (Fig. 8) of the other syndromes regularly presented at birth or showed the features of arthrogryposis multiplex congenita. Our cases seem to be definitely non-progressive. We think that the syndrome merits recognition as a distinct clinical entity.
The overall clinical picture is that of a neuropathy. In one case (case 3) in which the reflexes were preserved one might argue that a distal myopathic process was present. In this case there was definite reduction of the ankle jerks and electromyographic study demonstrated clear evidence ofa neuropathic process only. However, in the muscle biopsy from the same case there were findings suggesting a combined neurogenic atrophy and a myopathy. There are reports of similar findings in the literature. Haase and Shy (1960) examined muscle biopsies from 17 cases of peroneal muscular atrophy and their findings were as follows: normal appearances in two, neurogenic lesions only in three, myopathic lesions only in two, and the remaining 10 biopsies showed the combined features of neuropathic and myopathic lesions. Lucas and Forster (1962) made similar observations. We feel that the disorder is an inherited neuropathy. The presence of pyramidal tract signs suggests that the underlying abnormalityprobably a biochemical one-is shared by some upper motor neurones as swell as by spinal motor neurones. We would classify it as a spinal muscular atrophy. It has been suggested that in longstanding chronic neuropathies myopathic changes may appear in voluntary muscle. This might explain the pathological findings in this case. The reason for the appearance of the secondary myopathic changes in unknown.
